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Primary myxofibrosarcoma of the esophagus
Howard K. Song, MD, PhD, and Joseph I. Miller, MD, Atlanta, Ga
Primary sarcomatous lesions of the esophagus are un-usual. Of these lesions, leiomyosarcoma is the mostcommon primary sarcoma of the esophagus, whereasrhabdomyosarcoma is rare.1 Other reported histopatho-
logic diagnoses include fibrosarcoma, chondrosarcoma, and lipo-
sarcoma.2,3 Here we describe the first reported case of a primary
myxofibrosarcoma of the esophagus presenting in a woman with a
long-standing history of scleroderma.
Clinical Summary
The patient is a 40-year-old white woman with a medical history
of scleroderma who reported a several year history of dysphagia.
She described this as intermittent sticking, primarily of solid foods,
after swallowing. Results of physical examination of the patient
were unremarkable. The patient’s lung fields were clear to auscul-
tation, and there was no cervical or supraclavicular adenopathy. A
barium swallow was performed and demonstrated a smooth 5 
3-cm mass with intact mucosa and well-defined margins involving
the posterolateral wall of the distal esophagus (Figure 1). The mass
was located 8 cm proximal to the gastroesophageal junction. The
remainder of the examination was unremarkable. The esophagus
exhibited normal motility and mucosal pattern, with no esophagitis
or strictures. Computed tomography of the chest also demonstrated
the lesion, which was hypoattenuating and well circumscribed. No
associated lymphadenopathy or metastatic lesions were detected.
Esophagoscopy with endoscopic ultrasonography demonstrated a
submucosal mass at 32 cm, which appeared to arise from the
muscularis propria. The ultrasonographic image was heteroge-
neous. A primary leiomyoma of the esophagus was suspected
because of the radiographic appearance of the submucosal lesion.
An exploratory thoracotomy for planned local resection was rec-
ommended, and the patient agreed to proceed.
An exploratory operation was performed through a right pos-
terolateral thoracotomy. There was no evidence of metastatic dis-
ease in the chest. The tumor was easily palpated within the right
posterolateral wall of the distal esophagus. The pleura overlying
the esophagus was incised, and the esophagus was mobilized from
its bed. By means of sharp dissection, the tumor was removed
without violation of the mucosal layer. The muscular wall of the esophagus was repaired with interrupted fine silk sutures, and the
chest was closed in the usual fashion. Frozen-section examination
suggested that the mass was a smooth muscle tumor rather than a
leiomyoma. The patient’s postoperative course was uncompli-
cated, and the patient was discharged to home tolerating a regular
diet 7 days after the procedure.
On gross examination, the specimen was a red-tan mass mea-
suring 5  4  3 cm and weighing 28 g (Figure 2). Sectioning of
the specimen revealed a white, glistening surface with myxoid
changes. Under microscopic examination, the tumor was found to
be composed of spindle cells staining positive for CD34 and
smooth muscle actin. Stains for S-100, C-kit, and desmin were
negative. The histopathologic diagnosis for the tumor was grade I
to II myxofibrosarcoma, with the closest margin being 0.2 cm from
the tumor.
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Figure 1. Barium swallow demonstrating smooth, well-
circumscribed 5  3-cm submucosal mass in right posterolateral
distal esophagus. Motility and overlying mucosal pattern were
normal, and there was no evidence of esophagitis or stricture.
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Discussion
Myxofibrosarcoma is a distinct entity within the category of myx-
oid mesenchymal sarcomas with fibroblastic differentiation. It
occurs most frequently within the extremities of older patients,
usually in the subcutaneous tissues rather than in deep soft tissue
compartments.4 It has not to our knowledge been previously re-
ported to occur within the esophagus. Low-grade myxofibrosar-
coma, as seen in this case, typically has an indolent course and low
metastatic potential, although it does have a tendency to recur
locally.5 The relationship between the patient’s tumor and her
scleroderma is unclear; they may simply be coincidental findings,
because the preoperative evaluation of the esophagus did not
demonstrate significant involvement with a chronic inflammatory
process.
Long-term survival has been reported after resection of esoph-
ageal sarcomas, and this appears to be the treatment of choice for
patients without disseminated disease.1 In this patient, because the
tumor was initially suspected to be an esophageal leiomyoma,
local excision was carried out at the time of the patient’s thora-
cotomy. Because of the indolent behavior of low-grade myxofi-
brosarcomas, close observation was offered to the patient as an
alternative to repeated thoracotomy for esophagectomy. If the
tumor recurs locally, the patient will require a formal resection,
because low-grade myxofibrosarcomas may progress to a higher
grade with greater metastatic potential.5
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Figure 2. Photograph of gross specimen after resection. Excised
tumor was a red-tan mass measuring 5  4 3 cm and weighing
28 g. Sectioning of specimen revealed white, glistening surface
with myxoid changes. Final histopathologic diagnosis of tumor
was grade I to II myxofibrosarcoma.
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